Introduction :
A 49-year-old female with Ebstein's anomaly underwent an ablation of ventricular tachycardia (VT). She had undergone an atrial septal defect repair and tricuspid valve (TV) replacement (bioprosthetic) 15 years ago and later had an ICD implanted for recurrent ventricular tachycardia.
Methods :
At the procedure, a hemodynamically stable monomorphic VT with left bundle branch block pattern was easily induced. An electroanatomic map of the right ventricle (RV) during VT was created and based on activation and entrainment, the VT circuit appeared to be located on the RV anterolateral free wall. A series of substrate ablation lesions did not affect the inducibility of VT. Poor endocardial pacemapping morphology match raised the suspicion of an RV epicardial site. On further mapping, the ablation catheter traversed outside the TV ring into a space anterior to the RV cavity with ventricular signals. The distinct pouch -like space was located anterolateral to the site where the signals were best within the RV cavity. Electrograms were 210 ms ahead of surface ECG and the earliest site showed concealed entrainment. A single RF lesion terminated VT within 2 seconds and a consolidation lesion was added in view a late potential in the same location. VT was not inducible thereafter.
Result : She did well -free of VT but deteriorated of severe right heart failure. Echocardiography showed significant tricuspid regurgitation and at diagnostic right heart catheterization, a guidewire was passed through the paravalvular channel. A sizing balloon established that it was not a true paravalvular leak, but a distinct space as seen during 3D mapping. Subsequently during surgery, a large opening was seen at the atrial aspect, lateral to the TV annulus which extended distally to the RV cavity. The substrate of the tachycardia was likely related to localized fibrosis caused by the distal suture within the pouch.
Conclusion :
Ebstein's anomaly is a rare congenital malformation of the tricuspid valve leaflets which leads to apical displacement of the functional annulus leading to atrialization of the proximal (inlet) right ventricle. Surgical correction becomes necessary when there is right heart failure and the goal is to establish a functional valve at the correct plane with some form of volume reduction in the "restored" right ventricle to correct geometry -which is by plication. The findings at the ablation and surgery suggested that she had a longitudinal plication which had dehisced at its atrial and ventricular ends. Ventricular tachycardia is a known sequalae of the disease itself and of the operation. As far as we know, this is the first case of a VT substrate localized within the plication pouch. In the operated heart, a surgical scar is the most likely etiology and, in our patient, a scar within the plication pouch led to the tachycardia.
